Dr Roy Summerly: Could there be any associated abnormality or mechanical fragility of the skin in this case to explain the blistering, scarring and milia formation on the hands and fingers? Blisters with subsequent scarring as a result of mechanical trauma are well recognized in porphyria cutanea tarda. Dr Moynahan: This is unlikely in this instance because treatment with beta-carotene by mouth led to a rapid and very striking improvement in the texture of the child's skin, at least until mid-summer. Persistent damage would, no doubt, eventually result in permanent scarring.
Incontinentia Pigmenti with
Neurological Features E M Brett DM MRCP (for E J Moynahan FRCP) (Hospitalfor Sick Children, Great Ormond Street, London WCJ) A S, girl aged 6 History:' Born at 38 weeks gestation with a cleft lip and palate which caused feeding difficulties and required incubator nursing for some weeks. In the newborn period skin lesions were present symmetrically on the trunk and limbs described (by a dermatologist) as mainly maculopapular with some vesicular elements on forearms and lower legs. These lesions had gradually diminished. . . ; X e U a ! , . Her palate and lip were treated surgically. She walked independently at 2 years but fell often. Her right foot always turned slightly inwards, but she can none the less walk long distances, run and play games and there is no evidence of deterioration. She has no symptoms in her upper limbs and is right-handed. There have been no seizures or spincter disturbance. She is making good progress at school.
Family history: No parental consanguinity. Her two brothers are well. Mother as a child had pigmented lesions in both groins, which disappeared during adolescence.
On examination: Height and weight 3rd percentile for age. Well repaired lip and palate. Skin: irregular brown nmvi in both groins more marked on left side (Fig 1) than right, with paler lesions on anterolateral aspects of chest wall; area of alopecia of scalp on right side. Dystrophic finger nails (Fig 2) . Teeth and eyes normal. Normal intelligence; cranial nerves and upper limbs normal. Right lower leg shorter and thinner than left. Mild pyramidal signs in right leg (slight weakness of ankle dorsiflexion, increased knee jerk and extensor plantar response). No sensory loss. Spine normal.
Investigations: Skull and spine X-rays normal. Lumbar air-encephalogram (LAEG): mild dilatation of left lateral ventricle. EEG: excess of slow activity bilaterally and multifocal small discharges in prefrontal and rolandic areas.
Comment
The great majority of the reported cases of incontinentia pigmenti have been in females, and the disease is thought to be inherited as an X-linked dominant, usually lethal in males. The neurological features of this neurocutaneous syndrome are variable. They occur in 30-40% of cases, and include spasticity, mental retardation and seizures. Neonatal convulsions may be a presenting symptom (Roberts 1958 , Kauste & Paatela 1961 , O'Doherty & Norman 1968 ) and may be refractory to treatment. Spastic cerebral palsy affects some patients and was found in 15 of the 145 cases reviewed by Pfeiffer (1959) .
Its cause is not always clear.
Generalized spasticity was present in one infant reported by O'Doherty & Norman in association with convulsions, and may have been related to the prolonged seizures themselves, to an underlying cerebral malformation, to associated vascular changes (as described in these authors' companion case) or to a combination of these factors. Our patient's mild right hemiplegia may possibly be due to a cerebral malformation (unilateral micropolygyria was found in one of O'Doherty & Norman's cases). The LAEG was consistent with mild left-sided cerebral atrophy, but this is a purely descriptive term without precise implications as to cause or duration. Our patient showed none of the ocular changes of incontinentia pigmenti, and will probably remain free from these complications which are usually congenital.
The Bloch-Sulzberger syndrome is unusual among neurocutaneous conditions in that the skin features are prominent in the newborn period and decrease with age, usually disappearing by adult life. It follows that if the diagnosis is missed in early life it may be difficult to establish when the child presents to the neurologist or orthopidic surgeon some years later. The significance of the scanty residual skin lesions in our patient could easily have been overlooked. If the child's mother does not remember her own earlier skin lesions and if there is no affected younger sister to show more impressive tievi, the situation is even more difficult. It seems likely, therefore, that the disease is commoner than is recognized; in other dominantly inherited neurocutaneous syndromes such as tuberous sclerosis and neurofibromatosis the clinician has the advantage that the early skin lesions persist (e.g. amelanotic nxvi and cafe-aulait patches) while others appear with increasing age (e.g. adenoma sebaceum, shagreen patch, subungual fibroma). Mr T Y, aged 63 History: A scaly patch on his right heel since the age of 6 was diagnosed and treated in middle life as psoriasis. Over the last five years his right foot has been swollen. Three years ago a rash developed over the foot and gradually extended up to the knee. Six months before admission the right heel ulcerated and became very painful and 2 weeks before admission he developed dysuria.
Family history: His mother died of pulmonary tuberculosis when he was 5 and one sister has pulmonary tuberculosis.
On examination: Very thin, ill-looking man. Marked pitting cedema of dorsum of right foot extending to mid-calf. Large ulcer with rolled edge over upper part of the heel with hyperkeratotic area below. Multiple soft brownish papules extending from foot up to knee (Fig 1) .
Rectal examination: Hard fixed prostate. A transurethral biopsy of the prostate showed a marked epithelioid reaction in and around glands with 
